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Introduction
Neonatal deaths pose challenges for parents, clinicians and forensic practitioners alike. Detailed histories, clinical and investigative findings, autopsies and ancillary investigations can be helpful in diagnosis. Even some rare genetic conditions can be diagnosed with commonly available diagnostic tools such as histology with Haematoxylin and Eosin staining. Once such inherited conditions are diagnosed, genetic counseling can be done to prevent recurrence of neonatal deaths. Idiopathic arterial calcification of infancy is an autosomal recessive condition characterised by calcification of internal elastic lamina of medium and large arteries causing sudden deaths in infancy [1] [2] [3] .
Case report
An 11-day old male infant, fourth child of a second degree consanguineous marriage, developed poor sucking and excessive crying. There was difficulty in breathing and vomiting when child was admitted to hospital. Thereafter the infant developed cyanosis with features of circulatory failure and died after 5 hours despite treatment with antibiotics, inotropic agents and ventilatory support.
The baby had been born after a normal vaginal delivery at term without any antenatal or peripartum complications. The first child of the family, a girl, has also had died 21 days after birth without any obvious cause. The patients have two more daughters, 6 years and 3 years old.
At autopsy of the body of the deceased infant weight 3200g and was cyanosed but devoid of dysmorphic features, icterus or pallor. The heart, coronary vessels and great vessels were macroscopically unremarkable except an anatomically patent ductus arteriosus. The airway was clear, but the lungs were heavy and sinking in water. The liver and spleen were congested and friable. The brain, meningies, pancreas, kidneys and bladder, and the gastrointestinal tract were macroscopically unremarkable. There were bilateral adrenal haemorrhages.
Right and left pleural cavities contained 2 ml and 5 ml of straw coloured effusion respectively. The pericardial cavity contained 7 ml, and the peritoneal cavity, 10 ml of similar fluid.
Calcification of internal elastic lamina and thickening in subintimal tissues of arteries with congestion of the lung parenchyma was noted in the H & E stained sections ( Figure 1 ). There was no microscopic evidence of pulmonary hypertension, aspiration or pneumonia. The coronary vessels showed similar microscopic changes with ischemic and early fibrotic changes of myocardium ( Figure 2) . Arteries in the pancreas, kidneys, and ductus arteriosus also had similar changes.
Figure 1. Calcification of internal elastic lamina (arrow) with sub-intimal thickening of pulmonary arteries (H&E).

Figure 2. Coronaries with calcification of internal elastic lamina (arrow) and ischemic changes and fibrosis of myocardium (H&E).
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Discussion
Perinatal and neonatal deaths pose a diagnostic challenge as the causes and complexity of findings can be limitless [3] [4] [5] . Careful analysis of case histories, auto-psies to exclude trauma, aspiration, congenital abnor-malities and foci of infections, and ancillary investigations may yield a positive diagnosis [3, 4] .
In this case, consanguinity and the previous neonatal death gave a clue to the possibility of an inherited condition leading to the death. Macroscopically trauma, aspiration, congenital abnormalities and septic foci could be excluded. Facilities for screening of metabolic disorders were not freely available. But histological examination of tissues with H&E staining was useful in the diagnosis of this case.
Idiopathic arterial calcification of infancy is a rare inherited condition characterised by extensive calcification of internal elastic lamina of large and medium sized arteries. It is accompanied by narrowing of arterial lumen by thickened of sub-intimal tissues [1, 2, 6, 7] . Characteristic histological features and the presentation are useful in differentiating it from other conditions causing calcification of tissues in neonates such as hyper-vitaminosis D, parathyroid abnormalities, intrauterine infections and renal diseases. [1, 7] . Refractory cardiac failure is common [1, 6, 7] . Intrauterine diagnosis of this condition is possible with advanced radiological techniques [1, 6] .
Idiopathic arterial calcification of infancy with recurrent neonatal deaths has been reported in consanguineous families [1, 2, 7] . This condition can be complicated by severe systemic hypertension and myocardial ischaemia. Later the lamina can rupture leading to occlusion of the arteries. Deaths due to myocardial infarction can occur during the first 6 months of life [2] . Medical management of this condition includes drugs to reduce soft tissue calcification, inflammation and hypertension [1, 6] .
Since the inheritance is autosomal recessive, con-sanguinity, as seen in this case, increases the risk of developing the disease in future pregnancies. Early diagnosis and genetic counseling are necessary for the prevention of recurrent neonatal deaths as well as the future well being of the siblings [1, 2, 6] .
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